SUMMARY Two neonates with limb-body wall complex (LBWC) and complete absence of the external genitalia are presented. Our patients are the sixth and seventh cases of complete absence of the external genitalia recorded in English publications and the first two cases associated with LBWC. The incidence of complete absence of the external genitalia in our newborn population during a period of 12 years (1975 to 1986) was one case per 13 420 births.
The diagnosis of limb-body wall complex (LBWC) is based upon the presence of lateral body wall defects with evisceration of organs, ipsilateral limb reduction anomaly, and neural tube defects. 1 These structural defects are thought to be due to early amnion rupture and the different combination of anomalies described depends on the time at which the event took place.2 3We describe two patients with LBWC who present some peculiar anomalies not described in previous reports of this complicated fetal malformation.
Case reports CASE 1 Case 1, who was born in July 1986 at 27 weeks' gestation, was the fourth infant of unrelated Ashkenazi Jewish parents, a 33 year old mother and 37 year old healthy father. There were no known malformations in the family. Two years before the present pregnancy, the mother underwent a laparotomy because of a retroperitoneal tumour which ended with resection of the tumour, extended right hemicolectomy, and end to side ileotransversostomy. Pathological examination was compatible with the diagnosis of a benign mesenchymal tumour. Because of chronic secondary diarrhoea which started shortly after the operation, the mother was treated continuously with cholestyramin (4 g twice a day) during the first and second trimester of pregnancy and occasionally during the second trimester with tinctura opii (20 gtt per day). From time to time during the second trimester she also 
Radiographical examination
The postmortem radiograph of the infant showed a huge soft tissue mass coming off the right abdominal wall and extending from below the right thoracic cage down to the pubis (fig 3) . The bony skeleton itself showed malformations and deformations. The skull was turricephalic. The torso was short and narrow and no organs could be identified in the chest or abdominal cavities. The long bones of the upper and lower extremities were normal. The most severe malformations were seen along the thoracolumbar spine with malsegmentation of the vertebrae, absence of the sacrum, and maldevelopment of the pelvic bones. Modulation abnormalities were also seen along the ribs on both sides. CASE 
Discussion
Limb-body wall complex (LBWC) is a term currently used to describe the combination of lateral body wall defects, limb reduction abnormalities, and neural tube defects.1 The diagnosis is based upon the presence of at least two of these three features.5
Our first patient had limb anomalies and a lateral abdominal wall defect with evisceration of the internal organs, essential for the diagnosis, without recognisable neural tube defects (compatible with group 3 of the Pagon classification ). In spite of the normal radiological configuration of the long bones of the upper and lower extremities, the rest of the bony skeleton showed severe abnormalities: malsegmentation of the vertebrae, absence of the sacrum, and maldevelopment of the pelvic bones.
Our second patient had a midline abdominal wall defect, limb reduction anomaly, and hydrocephalus (compatible with group 2 ofthe Pagon classification6).
Clinical findings in the present infants not previously described in LBWC include complete absence of the external genitalia in both neonates and sacroperineal mass (possibly dermoid cyst or teratoma), severe microcephaly, and extraposterior cervical skin fold in the first newborn.
Complete absence of the external genitalia is believed to be a very rare congenital malformation. Only five cases of multiple congenital malformations with complete absence of the external genitalia (both sexes) have been recorded in English publications ( 
